. Biopsy of keloid nodule showing interwoven bundles ofcollagen with cellular proliferation inbetween mitoses. The changes were in keeping with the early cellular, proliferative phase of keloid formation. They could, however, be possibly interpreted as being dermal manifestations of the polyfibromatosis syndrome.
To date this man's disease has proved totally resistant to therapy. Several treatments including topical, intralesional and systemic steroids, paraminobenzoic acid and high-dose penicillamine have failed to halt the progression of this disabling destructive condition.
Discussion
The fibromatoses cover a broad spectrum of benign fibrous proliferations which may be divided into two major groups: the superficial (or fascial) fibromatoses and the deep (or musculoaponeurotic) fibro-matoses1. The superficial fibromatoses comprise palmar, plantar and penile fibromatosis and knuckle pads; the deep fibromatoses consist of extra-abdominal, abdominal and intra-abdominal desmoids. Our case predominantly fulfils the criteria of a superficial fibromatosis with the added manifestation of an erosive arthropathy. The superficial group of fibromatoses are usually slow-growing and limited in extent. The clinical course may be divided into an early cellular, proliferative phase and a late collagenous, contractile phase. Our case appears to represent an unusually rapid and aggressive form of superficial fibromatosis associated with marked, spontaneous disfiguring keloid proliferations.
Palmar fibromatosis (Dupuytren's contracture) is associated with plantar fibromatosis in up to 20% of cases and penile fibromatosis (Peyronie's disease) in 1-3% of cases. An increased incidence of knuckle pads has been observed2. There is also an increased incidence in epileptic3 and diabetic patients4 and patients suffering from chronic alcoholism and hepatic cirrhosis5. This case had none of these predisposing disorders. There are no previous reports of palnar and penile fibromatosis occurring in association with keloid formation, but there are reports of coexisting knuckle pads and keloid1. Although there is an increased incidence of keloid formation in Negroes, palmar fibromatosis is rarely encountered in blacks.
Keloids have occurred within areas of localized scleroderma6 and keloid-like lesions have been described in thickened areas of skin in patients with progressive systemic sclerosis7. This appears to be due to a keloidal response to the early inflammatory component of scleroderma in predisposed individuals. In this case, however, there was no history of Raynaud's phenomenon, no soft tissue calcification or true scerodactyly. Barium studies were normal and there were no histologic changes of morphoea even on deep surgical biopsythus there is no evidence of scleroderma. A barium swallow and meal showed coarse mucosal folds in the duodenum but at initial endoscopy no abnormality was detected and no biopsy taken.
References
He was seen again 2 years later with an episode of _5 right-sided weakness. He was again cachetic with a weight of 54 kg. There was a rapid improvement in his right hemiparesis and in view of his previous hisj tory an endoscopy was performed to obtain biopsies from the second part of the duodenum. Endoscopy on this occasion showed pearly, yellowish, white grains in the mucosa (Figure 1 ) which were most prominent in the first part of the duodenum. These lesions were biopsied together with random biopsies from the remainder of the duodenum and were sent for culture, light and electron microscopy.
Histology: The duodenal villi were distended by foamy histiocytes containing PAS-positive material, and by spaces which appeared to be dilated lymphatics ( Figure 2 ). The appearance of tissue fixed in osmium tetroxide suggested that these spaces contained fat, but an endothelium was not demonstrated at electron microscopy. Bacilliform bodies were Whipple's disease is a chronic multisystem disease2, which traditionally has been diagnosed by histological examination of small-bowel biopsies in which PAS-positive macrophages fill the lamina propria. Electron microscopy has shown the macrophages to contain rod-shaped bacteria. The purpose of this report is to draw attention to the endoscopic changes that may be observed. Less than 10 cases of endoscopic diagnosis of the disease have been reported and there are some descriptive differences (Table 1 ). In general, the abnormalities are in the first or second part of the duodenum and usually consist of whitish-yellow punctate lesions, although on occasions they take the form of nodules. Endoscopic biopsy of such lesions in the duodenum may well produce more useful material for examination in possible cases of Whipple's disease. It can also be used to follow progress after treatment, and biopsies within a week of therapy may show an improvement. Other manifestations include urticaria, erythema multiforme, ichthyosis, erythroderma, bullae and herpes zoster1'2. We describe two patients in whom cutaneous leukocytoclastic vasculitis was the presenting feature of Hodgkin's disease and mimicked pruritic excoriations.
Case reports Case 1: A 72-year-old man presented with a threemonth history of generalized pruritis and weight loss of 6 kg. He suffered from chronic obstructive airways disease and his medication included salbutamol, acepifylline and methylcysteine hydrochloride. Examination revealed numerous 1-5 mm diameter necrotic lesions on the trunk and limbs. The lesions were considered to represent excoriations from scratching. The liver was palpable 10 cm below the costal margin but there was no splenomegaly nor lymphadenopathy.
Abnormal investigations included low haemoglobin (10 g/dl), serum B12 (163jug/l), serum folate (5 p/l) and plasma albumin (30 g/l); elevated platelet count (728 x 109/l), ESR (117 mm/hour Westergren), serum ferritin (500 ng/ml), alpha-2 globulin, alkaline phosphatase (592 U/l) and ALT (50 U/l). Normal investigations included white cell count, red cell indices, blood urea, electrolytes, bilirubin, glucose, acid phosphatase and T4. Blood and urine immunoelectrophoresis was normal. Antibodies to nuclei, mitochondria and smooth muscle were absent. Chest X-ray, ultrasound of the liver and spleen and isotope liver scan were normal. Culture and serology for fungi and viruses were negative. However, Staphylococcus aureus was isolated from the skin and nose and treatment was started with flucloxacillin. The skin lesions were also occluded but no improvement was observed. The pruritis became marginally better on an antihistamine. Four weeks after presentation, the patient developed axillary lymphadenopathy and node biopsy revealed lymphocyte-depleted Hodgkin's disease. Skin biopsy demonstrated a small vessel necrotizing leukocytoclastic vasculitis with epidermal necrosis and ulceration. However, before further treatment was instituted, the patient developed pneumonia and died. Autopsy demonstrated Hodgkin's disease restricted to the para-aortic and axillary lymph nodes. Hepatic enlargement was secondary to cor pulmonale. Further skin lesions biopsied also demonstrated necrotizing vasculitis and inmmunofluorescence identified perivascular IgM and C3. 0141-0768/86/ 080485-02/$02.00/0 C 1986
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